SUMMARY The occurrence of myositis in a father and his daughter is reported. The daughter's illness resembled childhood dermatomyositis and progressed to systemic involvement and death less than four years from the onset of symptoms. In the case of the father the illness followed the course of adult polymyositis and there was little evidence of systemic involvement. The immunological and genetic significance of the two cases is discussed.
The close relationship between polymyositis and dermatomyositis has been apparent since Wagner (1887) reported a case of polymyositis with associated skin lesions. Pearson (1959) regarded the two diseases as clinical variants of a pathological entity and noted that on occasion one blends imperceptibly into the other. Dermatomyositis may, however, be distinguished by its associations. In adults there is a well-established association between dermatomyositis and malignancy (Curtis et al., 1952) . In children dermatomyositis is often accompanied by abdominal symptoms (Cook et al., 1963) , which have been attributed to a characteristic systemic angiopathy (Banker and Victor, 1966) .
This report describes the occurrence of childhood dermatomyositis in the daughter of a patient with adult polymyositis and is further evidence of the close relationship between the diseases. Proximal limb weakness was a major symptom in both cases and muscle biopsy confirmed that the pathology was myositic in nature and not a hereditary muscular dystrophy. (Fig. 3) .
A collection of lymphocytes was seen in one section, but there was no extensive inflammatory cell infiltrate and no gross change in interstitial tissue. Motor endplate stains showed some evidence of mild denervation change. Sections of skin showed collections of inflammatory cells in the lower dermis and some increase in collagen. It was concluded that these changes were entirely compatible with a diagnosis of dermatomyositis.
The child was allowed home after the biopsies but she died suddenly a few days later.
At necropsy the heart was dilated and hypertrophied, particularly on the right side; there were bilateral pleural effusions, ascites, an enlarged haemorrhagic liver, and enlarged salivary glands. Histology of the liver showed central venous congestion and inflammatory infiltrates in the portal tracts. The salivary glands and cervical lymph nodes showed extensive infiltration with plasma cells. Thickening of the pulmonary arterial walls was found similar to the appearances in primary pulmonary hypertension (Fig. 4) Gamma Polymyositis or dermatomyositis occurring in association with malignant disease.
Despite the history of some 15 years, the clinical abnormalities in the case of the father, J.H., have been virtually confined to his muscles. However, the demonstration of LE cells and antinuclear factor in the serum suggests that the illness of J.H., like that of his daughter, L.H., should be placed within the Beta category. The illness of L.H. was similar to the picture of childhood dermatomyositis reported by Banker and Victor (1966) . In a clinicopathological survey, including eight necropsy studies, they describe a characteristic clinical presentation and claim that the pathological attributes of dermatomyositis of childhood (a systemic angiopathy often causing gastrointestinal lesions) are so unique as to allow its separation from all other connective tissue disorders. L.H. showed necropsy evidence of systemic angiopathy, notably in the lungs. Abnormalities in the pulmonary arterioles have been noted previously in collagen diseases (Wagenvoort et al., 1964) . The salivary gland involvement in L.H. was an atypical feature, although it is of interest that J.H. had very high globulin levels and in polymyositis associated with Sjogren's syndrome such high levels are the usual finding (Pearson, 1969) . Lymphoma has been described as a complication of Sjogren's syndrome (Talal and and Bunim, 1964) and this may be relevant to the persistent mononuclear cell infiltration of the bone marrow of J.H. Malignant lymphoma was the cause of death in a child with agammaglobulinaemia who developed dermatomyositis (Page et al., 1963) .
The occurrence of related disorders in members of the same family may be due to coincidence or to genetic and environmental factors. The annual incidence of polymyositis has been estimated to be between 150 and 200 new cases per annum throughout the United Kingdom (Rose and Walton, 1966) ; the probability of two cases occurring in the same family unit must, therefore, be very small. Moreover the several similarities in the illnesses of J.H. and his daughter point to a common pathogenesis. Childhood dermatomyositis has been reported in a pair of identical twins (Cook et al., 1963) but familial aggregation in this disease and in adult polymyositis appears to be exceptional as indicated by the paucity of cases in the literature. Familial incidence of systemic lupus erythema-tosus has been reviewed by Brunjes, Zike, and Julian (1961) , Leonhardt (1967) and by Dubois (1966) who found a family history of the disease in 2%/ of a personal series of 512 cases.
Recent reports have raised the possibility that some connective tissue disorders in man may be initiated by infective agents and this could explain familial aggregation of cases. Rheumatoid arthritis has been associated with Mycoplasma fermentans (Williams et al., 1970) and Australia antigenaemia has been associated with both polyarteritis (Gocke et al., 1970) and with systemic lupus erythematosus (Alar9on-Segovia et al., 1972) . Cytoplasmic inclusions similar to nucleoprotein strands liberated from myxoviruses have been observed in renal biopsy specimens from patients with SLE (Gyorkey et al., 1969) .
Of particular interest are the reports of Chou (1967) who found aggregates of tubular filaments resembling those of myxovirus groups in muscle biopsies from a patient with polymyositis, and of Mastaglia and Walton (1970) who reported the presence of Coxsackie virus-like particles in skeletal muscle from a case of polymyositis. The relevance of these reports to the majority of cases of polymyositis remains to be established.
The in vitro cytotoxic studies of Currie et al. (1971) have provided evidence that polymyositis is probably caused by a cell mediated autoimmune response directed against muscle antigens. According to Burnet (1959) various kinds of tissue damage could allow the emergence of mutant cell clones with 'forbidden patterns' of activity, which eventually cause a disease state such as autoimmune myositis.
The current theories of pathogenesis may be interpreted in two ways in the context of an apparent inherited susceptibility to an autoimmune disease. There might be a deficiency in the normal ability to eliminate the 'forbidden clones' postulated by Burnet (1959) or, alternatively, there might be a special liability to the consequences of infection with a particular initiating agent. The latter possibility arises from the demonstration that in certain experimental animal situations the specific immune response is under strict genetic control (McDevitt and Benaceraff, 1969 ).
In the cases described here the genetic defect could be a result of the mixed racial ancestry of J.H., whose father was West African and whose mother was Caucasian. It has been suggested that there might be some genic imbalance in race crosses since different translocations may have been selected for in different races (Clarke, 1964) . This may be the explanation of the exceptional occurrence of myositis in a father and daughter both of whom became deficient in the ability to recognize muscle antigens as 'self'.
